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Annomayusn. Tusumau cknepodepmus (TCH) — ymymuil mukpoanzuonamus 6a mepu 6a UW4KU 0peaniapod

Gubpos dncapaéniaprune aoriaumumuea ACOCIAH2AH AYMOUMMYH KACAIIUK OYIU6, Kyn xoiiapoa bemopiapoa
sucyepan acopamaapoar yaum xoramu kyzamunaou. TCJ Oa xynuunua opeaunapoa Kaummac namonoux
Vzeapuuinap 8yscyoea KeneanoaHn cyHe 6a 0asonanuw camapacus oyneay, keuuxubd mawxuc kyuuiaou. TCH y3
8aKMUOA MAUNUCIAUL WUDOKODP VHUYH MYPAKKAD, ammo dxcyoa myxum easugaoup. Lllynu unobamea onean
X004, MA3Kyp MAKoaada KACALIUKHU dPMa MAWXUciaw Me3oHaapu xaxuoa keue gukp opumunaou. TCH y3
8AKMUOA MAWXUCIAUL WUDOKOD VUVH MYPAKKAD, AMMO JHCYyO0a MYXUM 8a3ugaoup.

Kanum cyznap: musumiu cknepooepmusi, mauixuc, Petino cunopomu, ckrepodaxmunusi.

Abstract. Systemic scleroderma (SSD) is an autoimmune disease, which is based on generalized
microangiopathy and activation of the processes fibrosis of the skin and internal organs. Most patients develop
visceral complications, which usually cause death. SSD are often diagnosed late, when pathological changes in
organs are irreversible, and treatment is less effective. Timely diagnosis of SSD is a difficult, but very

important task for a doctor.

Keywords: systemic scleroderma, diagnosis, Raynaud's syndrome, sclerodactyly.

Tmummm  cknepopepmust (TCH) — ymymuit
MUKPOAHTHONATHsA, IIYHUHTACK TEpH Ba WYKH
opraniap/a Guopo3 xapaéHIapHUHT (aosUIaIIHAIITIra
acoCaHTaH ayTOMMMYH Kacaimukanp. Jlactmabxu
Oockuwiapia KacaIMK — Y3uHM  OapMOKJapAaru
KarTuKk Tmm  Ba  Peitno  cuHmpomm  (PC)
KYpPUHHUIIMOATd TEPU Y3rapuiuiapy OuinaH HaMoEH
KWJIamd, amMMo OeMop yMyMHH — axBOJHHHHT
EMOHJIAIIUIITN éxn UYKU OpraHJIapHUHT
MUKacTIaHum  Oenrmnapu  (mucdarus,  Hadac
KACWJIUIIM Ba OowmKanap) HaMOEH OYIMaciuru
MyMKHH, IOyHAHT y49yH OeMopjap KymuH4Ya
mmgokopra spra MypoxaaT Kuiamaidauiap. Ly
MyHocabar Ownan, TCJ] xacaumrura KynuH9Ia
opraHjapja KalWTMac TMaTOJOTHK  Yy3TrapHiuiap
BY)Ky/Ara KelTaH[aH CYHT Ba JIaBOJIaHHUII camapacus
Oynray, keumku® Tamxuc Kyhwnmaam. Kanana
TaIKUKOTYMIApU Oeprad ManIyMoTiIapura kypa, 408
Hadap 6emopna TC/] ramxucu PC puBoxianranman
6,0 Wun ytrau Ba OupiamMum “repu HamoE€HIAIapu”
naiino O6ynranuman 2,7 ¥nn yrrad aHukiadrad [21].
Poccusina TCJl kacammurura PC 2,0-2,7 iun ytrauy,

KacaUIMKHUHT 1uddy3 Ba dekmaHraH NIakiuIapuaa
aca 4,8-6,5 i yTrad tamxuc Kynunran 0ymuo, Oy
WYKH OpraHjapra Typid Xuj HIMKACTJIAHHUILIAD
JapaacH, ITYHHHTJICK KAaCaJUIMKHUHT PUBOYKIIAHUII
Te3nuru Ounan 6ornuk [1].

Onugemuosorusi Ba xaBdp ommaapu. TC/]
Kacayumury Owian amiap JSpkakimapra HucOaraH

kympox kKacaymanammwiap (3:1); OGemoprapHUHT
akcapusatd 25 €mmanm 50  €mrava  OynraH
kummtapadp.  KacammkHWHT  ydpam — gapaxacu

Typiiu Xyayanapaa gapk xunanu. lumonuit EBpona
Ba SmoHWsNAa KaCAIMKHUHT ydpamu Wuiaura 1
MuwuHoH axonmral0 gan kam, JKanyOomit EBpoma,
Humonuit Amepuka Ba ABcTpanusia 3ca Wnnmra 1
MWUTMOH axommra 14-21 ra eramum [11]. Adpo—

aMepUKaIUKIap, Amepuka XUHIyJapH,
aBCTpaNMSITUKIIAP, ATOHMSUTUKIIAp opacuia
KaCANIMKHUHT ~ TapKaJWIIM  €BpPONaJIMKIap  Ba

AKUIHUHT OK TaHIM axoJMCcUIaH oKopuaup [29].
TCJl Kkacaura pUBOXIAHHWII  XaBOUHH

OIMPHINIA, UIMMYH THU3UMH (AOJTUATHHH TapTHUOTa

COJIMIIIZIA WIITUPOK 3TYBYU OUpP KaHYa TCHJIAPHUHT
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TabCUPU aHUKJAHTaH OYynub, ynap Kyiumaruiap
BANK1, CB8orfl3-BLK, IL-23R, IRF5, STAT4,
TBX21 Ba TNFSF4 [7]. lllyHunraek, mOTeHIUAT
SMUTEHETHK  MEXaHW3MJIap  Ba  aTpop—MyXUT
OMIWUIAPUHUHT YpHU, KyMIIaJaH, KPEeMHUU 4YaHTH,
OpraHWK DJPUTYBUMIAp, JAOpWiap, MeCTUIHIIap,
WHJOB €FH1, KOKauH [25].

Kaunuka. TC/] HUHT MKKHATa aCOCHHA IIAKIH
MaBXyJ — TApKOK Ba YEKJIaHTaH. YeKJaHraH maxiaa
TEpUHHHT  KATTHKJAIIWIIA  THPCaK Ba  TH33a
OyruMIIapugaH AWCTaj COXada >KoWmamraH Oyiica,
muddy3 makiamga 3ca Maructpan Ccoxajaa, SbHU
TaHa/la Ba €NKaJla TePUHUHT Y3rapuilld aHUKJTaHUIIH
MYMKHH (FO3HMHT TEPHUCH IIUKACTIAHWIIN HWKKaia
MaKjIaa XaM yapanan). Arap KacaluTUKHUHT auddy3
makauaa 10 Wwimk oMoH Koyuin napaxkacu 65%
Oynca, deknmanran makiwna Oy kypcarrma 92% ra
ataau [9].

Peitno ¢denomenn. PeitHo denomenn TC/]
Oynran OemopmnapHuHr 95% na yupaiiam Ba oxataa
KaCaJUTMKHUHT OnpuHan Oenrucu 0ymmo kemanu [19].
Kimauk xuxatnaH y MKk éku 0ab3aH yd OOCKHYTa
ara — COBYK TabCHpHIAa PHBOXKIAHUO Oopajguran
0apMOKIap TEPUCHHUHT OKApHIIHK, IIMaHO3 Ba
KHM3apulll, IIyHUHT/IEK, OFPUK OWiIaH OWpra KeJwIu
MyMKuH [13].

Tepu 3apapaanmmm. TCJ[ HuHT sHa Oup
oenrucn — y4 OOCKMYOa PHUBOXKIAHAETTaH TepU
3apapiaHdIINIup: MU (MacanaH, KYJUTapHUHT
KaTTHK MIHIITUIIN ), 3UYJIAITATI (macanaH,
CKJIepoAaKkTuius), arpodus. bupuHum Oockuyna
TepH  Ba  TYKAMAJIApHUHT  3JACTUKIUTHHUHT
KaMaluIlyM Ba 3WY LWL Ky3aTWIaAH, KEUHMHYAIHUK
"ckmepomepma"  Xocwn  Oymamm  Ba  aTpodus
0ocKMupAa Tepd HO3WKJIAIAAW Ba [HUAHOTHK—
KUTappaHr Tycra KHpaay, y3ura Xxoc spKrapamnl naimo
O0ymaam, counap Tykunanu [8].

“Kucer” Oenrucu (oFu3 arpodumard paguai
OypManap) Ba TEJICaHTHOIKTA3MsIAp COHUHMHT
Kynmavmmu — Ky3atwiagu  [16]. MukpoBackyisp
TOMUPJIAPHUHT [IMKACTIAHHUIIN HaTMKacuaa
TEPUHHUHT WIIEMHK UIMKACTIAHHIIM Te3—Te3 ydupad
Typaaun Ba HaTWXKaga OapMOKJIAPHHUHT JIHCTA
¢dananracuga sipanap "KamaMmyml yunuiamu” KaOwu,
KaMpOK  XoJulapia d5ca KypyK HEKpo3  Ekd
raHrpeHanap KypuHumaa Hamo€H 0ymanu [22]. Uly
OwraH OWpraJvkaa THIIO - Ba THICPIIMTMEHTAITHS,
Tepu KamquHo3u kabu Oomrka TCJ ra xoc Tepu
JKapoxXaTiaHum oenrmnapu MaBxyx [10].

HNuxn oprannapHunr 3apapjanumm. TCJ]
OwraH KacaJUlaHTaH OEMOpJIAPHHWHT aKCcaphsATHAA
(70-98%) omK030H-MYaK TPAKTHHHHI 3apapliaHHMIIH,
XyCycaH, KU3ITYHTAYHIHT TUIIOTOHUSICH
puBOxIaHaau, Oy aucdarus Ba ractpos3odarean
pebmokc Owman HamoéH Oymamn.  Maxammuit
TaAKUKOTIIAp HaTIKacu1a ractpoasodaruain
pedokc Ba ymka GUOPO3MHUHT OFUPIIUTH YpTacuia
OOFJIMKJINK MaBXyIJIUTH aHUKJIaHTaH [4].

KapauoBackyJisip maToJiorusi Ba yHra ajlokaaop
acoparnap (wH(pApKT, WHCYNT, TycargaH KOpPOHAp
VyJIMM) [MArHOCTHKA Ba JIABOJIAII  YCYJUIAPHHU

Y3IIyKCH3 TaKOMMJIIALITUPUIITA KapaMacJiaH,
ayTOMMMYH  pEBMAaTHK  KacaJUIMKIapaa  3pTa
VIMMHUHT DSHT Kyn ydpaidawran cababnmapuman
oupuamp. TCH KacaJuluruaa FOPAaKHUHT

3apapnanumi 15-35% xoJutapia yupaidm Ba 1opak
STUIIMOBUMIINTH, PUTM  Oy3WIHIUIAPH,  OFPHUK
cuHapoMu [2] OmnaH Hamo€H OYynamau. Kamman kam
XoJulap/ia, MHTpall [OpaK eTHIIMOBUWIHNTH Iy
KymilaaH MHATpan creHo3 puBoxiaHanu [23]. TCL
KacallMTuja IOPAKHUHT OWpIaM4H 3apapliaHUIIN
acocaH MHOKap]l, MepHuKap] Ba IOpaK KiIamaHiapuia
comup OymaguraH ¥y3rapunpiap OWiIaH KEUUIITH
MYMKUH.

TC/] suHT acocuit KypuHATIITApUAaH OUPH KOH
TOMHP 3apapiaHUIIUJAUD IIYHUHTJIEK, TEPU Ba UYKH
OpTaHIapHUHT MOP(OJOTHK TEKIMUPYBHUAA YIIOY
OeMopiap/ia aHruonaTus oenrmwiapu 6apua xosap/a
Kaiin strmaan. KacaummkHUHT gacTiabKy Wriniapuaa
OeMopIapHUHT TaXMUHaH 75% YIIKaHUHT
WHTEPCTHLIMAN  3apapllaHUIIN  aHUKJIAHAAH, yiap
aCTa—CeKWH pPHBOXJIAHUO Oopagu Ba Typiau XMl
OFUpJHKIard ymnka ¢ubposura ommd kemagm [14].
JILB. TemnoBa Ba OOMK. IOKOPH aHHUKJIUKIATH
kommroTep ToMorpadusicu Epaamuna TCJ Ounan
kacajutanran 138 OGemopuunr  82%  ymka
WHTEPCTHULIHA 3apapJIaHuIl Oenrunapu
MaBxXyuruHn anukiaraniap [6]. TCJl 6aw3an orup
6ynran ymka aprepuan rumeprensus (YAD) cu
PUBOXITAaHWITN  OwimaH TaBcupiaHagu. OXUpTH
MabiaymoTiapra kypa, TCJl Owman orpuran 132
oemopnan 60 Hadapu yprawa 4 imn wumma ymoka
THIEPTEH3MsACH acopatwiaan BadoT orraH. YAT
TaIIXUCH KYHWITaH MaWTaaH Oonuiad OMOH KOJIHII
aturn 4 (2,2-6,2) ¥WIHM TAIIKWI OSTraHIWTU
Mawaymaup [26]. TCJ] Owman orpuran Gemopiapaa
VAT KyHumars XoJjariapiaH KeluOd YUKUIIH
MymkuH: YAD (my sKyMIagaH, TOMHp JEBOPHIATH
KOJUIareH OWpHKMacH XUCOOHWra), YmKa BeHAcH—

OKKJIFO3UB  KacaJuIMTM  Ba  yOKa  Kanwuusip
reMaHrMoMaTo3M, dYall KOpHMHYa JUCHYHKLIUACH,
TUIIOKCeMHUs]  OWjaH  YIKaHWHT  3apapiiaHully,

cypyHKai TpomM6osmGosuk YAT [18].

Byiipak 3apapmanumm 6emopnapHuar 19% ma
yapavimu. TCHl wvuar muddy3 maxmmga 10-15% Ba
YeKJIaHTaH maknuaa 3ca 1-2% xonarnapna Oyiipak
(hYHKIMSICHHUHT Xanan €MOHIanryBu (YTkup Oyipax
KapoxarjaHuIy) OwinaH HamMo€H OymaguraH YTKUD
CKJIEPOAEPMUK KpH3 PHUBOXKJIAHUIIN aHHUKJIAHTaH.
ByiipakHuHT CKIIEpOAEPMUK KpU3UTa OMPUHYHM MapTa
KOH OocmmmamHT 150/85 MM c.y. maH IO0KOpH
Oynuimaan my6xa KWIUII MyMKHH.

Tamxmuc. PeitHo denomenn xy3atuiaran Oapya
o6emopmapna TC/l xakuna Vitnam 3apyp. TepunuHr
3apapyiaHdIl Oeyruiapu (TEPUHUHT KATTHUKJIAIIHIIH,
“MyIIyK OF3W~ CHUMITOMH, “HHUKOOCHMOH 103",

BuoJiorust Ba THOOMET MyamMMoJiapu
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Tuanmnu CKnepoaepMUAHUHI 3pTa Taluxucrnall XyCyCUATriapu Xxakmaa

CKJICPOJAKTUINS, KAIIMWHO3 (MUTMEHTAIUs) MyXUM
MUArHOCTUK axaMmusaTra sra. TaaKWKOT JaBOMHIA
Hadac KucwiummM Ba gucarus KaOM  WMUKH
OpraHJIapHUHT  [IMKACTJIAHWIN  OENrwiapu  Xam
pTUbOOpra onuHumM kepak. 2013 iunga Amepuka
Pesmaronoriap xkxamoacu (ACR) Ba EBpona AHTH—
PeBmarnk Ompmammacu (EULAR) myraxaccucnapu
TOMOHH/IaH UITad YUKUITaH TacHudIAIT
Me3onnapugad TCI Hu Tamxucnamaa KyJUlaHuiaagu
[20]. VYmbOy naBpma OomnuiaHTaH TaBOJIAHUII
(“window of opportunity” éku “uMKOHUSAT OiHacH”
ne0d aranajgw) WYKA OpTaHJIAPHUHT 3apapiaHdIInra
TYCKUHITUK KHJTUIIN Ba KaCaJUTMKHUHT
PYBOXKJIQHUIITMHA CEKUHJIAIITUPUIIN MyMKuH. Iy
MyHOcabaT OwWjaH, TH3UMIIA CKJIEPOICPMHS 23pTa
TAlIXUCUHUHT  ME30HJIApU  HMIUIA0  YHUKHIIH
(VEDOSS) [12]. TamxucHUHT OMpHHYKM OOCKHYHIA

PC Ba OapMOKIapHUHT KATTUK IIUIIA  KaOu
KaCAJUIMKHUHT  acocuit  Oemrwmapuau  ("KU3WIT
Oaiipoxyap" ne0 aTanaju) aHWUKJIAII TaBCHS ATHIIAIH.
WxxuHIN O6ockmuma TUPHOK ACOCHHHHT

BUJICOKAMMMIUIPOCKONIMSICH aMajra OIIUpWIaayd Ba
y3ura Xoc aHTUTAaHAJIAP aHUKTaHanu [15, 24].

ynn YHYTMAaCIIHK KEPaKKH,
cxkaepoaepmusicus TCJ] xam MaBxyn 0yiaub, OyHzma
TEPUHUHT 3apapiiaHuil Oenruiap (KaTTHKIIAIINII Ba
¢ubpo3)  KACAUIMKHUHT  3pTa Ba  KCHHHTH
Oockuumapuma xaMm MaBxyd Oynmaiinu. bynnmai
X0J/a, Tamxuc PelHO CUHAPOMHM, AUTHUTAI sipayiap,
y3ura XOC aHTHTaHAIAP, BUACOKATMIUISAPOCKOIIHS
y3rapumu, BUCIIEpAJI  3apaplaHUILIap [17]
MaBXyudrura Kapad kyhwmaan. byHman Ttamkapu
kacaumkga CREST-  cumapomura kapab xam
TaIIXUC Kyiunanu, SITbHU - TEPUHUHT
kammpukarusicn, PC, Ku3umyHrad xapakaTHHHUHT
Oy3WiMINM, CKJIEPOJAKTHINS Ba TEJNAHTUIKTA3HA,
IIYHUHTJEK, LEHTPOMEP aHTUTAYaJIAPUHUHT
aHUKJIaHUTIH [28].

TCH Tamxucu ydyyH MYXUM J1abopaTopus
ME30HM Oy aHTHUTaHAYAIAPHUHT  MAaBXYIUIATH,
MacajiaH, Torou3omepasa | ra kapmm aHTUTaHamap
(anti-Scl-70), anTu-uiearpomep anturananap (ACA),
pubonykneonporeaza Il ra kapmm aHTHUTaHamap
(anti-RNA  pol 1). VTkaswiran TagkukoTimap
Hatmkacupa (n= 300) TCJl Owman orpuran
OeMOpIIapHUHT aKcapusATHAAa AaHTHUHYKJIeap OMMII
(83,8%) Ba antu-Scl-70 (50.0%), ACA (14,6%), anti-
UIRNP (8,6%) Ba anti-RNA pol 11 (5,5%) sxaunuru
aHMKIangu [5].

Xyaoca: TCJ] spTa TamxucoTH MUPOKOPHUHT
OJIIMIa TypTaH JHT IOKCaK BasudanapaaH caHaJaIu.
3epo, Ma3Kyp KacaJUTMKKa KYWWIITaH 3pTa TalIXHc,
KaCaJUTHKHUHT apra Oockuunapua, WYIKA
opranjapja MaTOJOTHK y3rapuiuiap BYXyAra
KeNryHra Kajaap AaBojall aMaluE€THHU OOoluiam Ba
JIaBOJIAI]a FOKOPH HATIDKajIapra SPUIIUIITa UMKOH
Oepamu.

Anaduéraap:
1. AnanmbeBa JLII. HoBwle KiaccupuKamOHHBIC
KPUTEPUU CHCTEMHOW CKJIEPOACPMHHU  (JICKIIHS).
Hayuno-npakTuueckas PEBMATONOTr U 2013;
51(5):539-44.
2. Bbormanor A.I1., Moucees C.B. Ilopaxenue cepa-
oa 1mpu CHUCTEMHOI CKIICpOACPMHUU: KIIMHUYCCKHC
ACIIEKTBI U COBPEMCHHBIC MCTOAbI AUArHOCTUKH. Te-
panesruueckuii apxus 1994;66(5):87-91.
3. l'amaee A.I'. Muku kacamtukiap (mudoropiap
yayH Kymaama) Tomkent 2013, 757 6.
4. CocHoBckas A.B., ®omun B.B., IlonoBa E.H. u
np. lactpoazodareansHo-pedurokcHas 0o0Ne3Hb |
B3aNMOCBA3b C BBIPAXKCHHOCTBIO IMOPAKCHUA JICTKUX
MpyU  CUCTEMHOM  ckiepojepMuu. KinuHuueckas
Hedpomnorus 2016; 1:24-8.
5. CrapoBoiitoa M.H., JecunoBa O.B., Konepa
O.A. Ilpoduns ayToaHTUTEN NPU CHCTEMHOU CKIle-
ponepmuu. HayuHo-mpakThueckass peBMaTOJIOTHUS
2016; 54(4): 418-23.
6. Temtora JI.B., AnanneBa JLII., Jlecusk B.H. u ap.
Cucremnas CKJIepoaACpMUA C HHTCPCTULIUAIIbBHBIM
IMOPAXCHUEM JICTKUX: CpaBHUTCJIbHAsA KIMHUYCCKasd
XapaKTCpuCTrKa C OOJBLHEIMH 0€3 MOpaXCHus Jier-
kux. HayuHo-mpaktndeckas pesmatonorus 2010;
3:36-41.
7. Agarwal SK, Reveille JD. The genetics of sclero-
derma (systemic sclerosis). Curr Opin Rheumatol
2010; 22(2):133-8.
8. Akesson A, Hesselstrand R, Scheja A, et al. Lon-
gitudinal development of skin involvement and relia-
bility of high frequency ultrasound in systemic scle-
rosis. Ann Rheum Dis 2004; 63(7):791-6. 9. Al-
Dhaher FF, Pope JE,Ouimet JM. Determinants of
morbidity and mortality of systemic sclerosis in Can-
ada. Semin Arthritis Rheum 2010; 39(4):269-77.
9. Aringer M, Muller-Ladner U, Burkhardt H, et al.
[Common German language nomenclature for sys-
temic sclerosis]. Z Rheumatol 2015; 74(2):100-3.
10.Barnes J,Mayes MD. Epidemiology of systemic
sclerosis: incidence, prevalence, survival, risk factors,
malignancy, and environmental triggers. Curr Opin
Rheumatol 2012; 24(2):165-70.
11.Bellando-Randone S, Matucci-Cerinic M. From
Raynaud's phenomenon to very early diagnosis of
systemic sclerosis The VEDOSS approach. Curr
Rheumatol Rev 2013; 9(4):245-8.
12.Brown KM, Middaugh SJ, Haythornthwaite JA, et
al. The effects of stress, anxiety, and outdoor temper-
ature on the frequency and severity of Raynaud's at-
tacks: the Raynaud's Treatment Study. J Behav Med
2001; 24(2):137-53.
13.Bussone G, Mouthon L. Interstitial lung disease in
systemic sclerosis. Autoimmun Rev 2011; 10(5):248-
55.
14.Cutolo M, Herrick AL, Distler O, et al. Nail fold
videocapillaroscopic features and other clinical risk
factors for digital ulcers in systemic sclerosis: A mul-

218 | 2020, Ne2 (118)

IIpo06JieMbl 0M0JIOTUM U MeTUIIMHBI



Xampoesa HO.C., Cangosa M.M.

ticenter, prospective cohort study. Arthritis Rheu-
matol 2016; 68(10):2527-39.

15.Derk CT, Huaman G, Littlejohn J, et al. Predictors
of early mortality in systemic sclerosis: a case-control
study comparing early versus late mortality in sys-
temic sclerosis. Rheumatol Int 2012; 32(12):3841-4.
16.Diab S, Dostrovsky N, Hudson M, et al. Systemic
sclerosis sine scleroderma: a multicenter study of
1417 subjects. J Rheumatol 2014; 41(11):2179-85.
17.Galie N, Humbert M, Vachiery JL, et al. 2015
ESC/ERS Guidelines for the diagnosis and treatment
of pulmonary hypertension: The Joint Task Force for
the Diagnosis and Treatment of Pulmonary Hyperten-
sion of the European Society of Cardiology (ESC)
and the European Respiratory Society (ERS): En-
dorsed by: Association for European Paediatric and
Congenital Cardiology (AEPC), International Society
for Heart and Lung Transplantation (ISHLT). Eur
Heart J 2016; 37(1):67-119.

18.Hinchcliff M, Varga J. Systemic sclero-
sis/scleroderma: a treatable multisystem disease. Am
Fam Physician 2008; 78(8):961-8.

19.Hoogen FH, Boerbooms AM, Swaak AJ, et al.
Comparison of methotrexate with placebo in the
treatment of systemic sclerosis: a 24 week random-
ized double-blind trial, followed by a 24 week obser-
vational trial. Br J Rheumatol 1996; 35(4):364-72.
20.Hudson M, Thombs B, Baron M, et al. Time to
diagnosis in systemic sclerosis: is sex a factor? Ar-
thritis Rheum 2009; 61(2):274-8.

21.Hughes M,Herrick AL. Digital ulcers in systemic
sclerosis. Rheumatology (Oxford) 2017; 56(1):14-25.
22.Kahan A, Allanore Y. Primary myocardial in-
volvement in systemic sclerosis. Rheumatology (Ox-
ford) 2006; 45 Suppl 4: IV14-7.

23.Minier T, Guiducci S, Bellando-Randone S, et al.
Preliminary analysis of the very early diagnosis of
systemic sclerosis (VEDOSS) EUSTAR multicentre

study: evidence for puffy fingers as a pivotal sign for
suspicion of systemic sclerosis. Ann Rheum Dis
2014; 73(12):2087-93.

24.Mora GF. Systemic sclerosis: environmental fac-
tors. J Rheumatol 2009; 36(11): 2383-96.
25.Morrisroe K, Stevens W, Hug M, et al. Survival
and quality of life in incident systemic sclerosis-
related pulmonary arterial hypertension. Arthritis Res
Ther 2017; 19(1):122.

26.Nassenstein K, Breuckmann F, Huger M, et al.
Detection of myocardial fibrosis in systemic sclerosis
by contrast-enhanced magnetic resonance imaging.
Rofo. 2008 Dec;180(12):1054-60.

27.Poormoghim H, Lucas M, Fertig N, et al. System-
ic sclerosis sine scleroderma: demographic, clinical,
and serologic features and survival in forty-eight pa-
tients. Arthritis Rheum 2000; 43(2):444-51.

Ob OCOBEHHOCTSAX PAHHEIZI
JAUATHOCTUKHU CUCTEMHOU
CRUIEPOJJEPMUUN

Xampoesa FO.C., Caunoa M.M.

Cucremnas ckiepogepmusi (CC) — ato ayro-
UMMYHHOE 3a00JIeBaHHE, B OCHOBE KOTOPOTO JEXaT
reHepaI30BaHHass MHUKPOAHTHONATHA W aKTHUBALUS
nporeccoB (pudpo3a KOXKHU U BHYTPEHHUX OPTraHoB. Y
OOJIBIIMHCTBA MalUCHTOB Pa3BHBAIOTCS
BHCIICPAJIbHBIE ~ OCIIOKHEHUsI, KOTOpbIE OOBIYHO
ctanoBsTcs npuuanHoi cmeptu. CCJl Hepenko nua-
THOCTHUPYIOT TO3[JHO, KOTJa MaTOJOTHMYecKue u3Me-
HEHHsI B OpTraHax HeoOpaTuMbl, a JeUeHUue MeHee 3 (¢-
¢dextuBHO. CBOEBpeMenHas auarnocruka CCJ mpen-
CTaBJIsICT COOOI CI0XKHYIO, HO OYEHb BAXHYIO 3aady
JUTSL Bpaya.

Ki1rodeBble cj10Ba: CHCTEMHas CKIIEPOJICPMUS,
JIMArHOCTHKA, CHHAPOM PeiiHo, CKilepoJakThIIusL.
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